A n otherwise healthy 46-year-old man presented with a six-month history of exercise-related shortness of breath and dry cough. His oxygen saturation was 86% on room air. Testing of pulmonary function showed a moderately restrictive ventilatory defect, with diffusion capacity of 45% of the predicted values. A computed tomographic scan of the chest showed diffuse ground-glass attenuation, superimposed on a network of interlobular septal thickening and intralobular lines, consistent with the crazypaving pattern (Figure 1) .
The crazy-paving pattern found on computed tomography of the lungs is a nonspecific radiologic sign named after the appearance of paths made with pieces of stone or concrete. It was first described in the late 1980s in patients with pulmonary alveolar proteinosis, but has now been described in association with at least 15 pulmonary diseases. 1 Histologically, three processes lead to the crazy-paving pattern: an alveolar filling process, interstitial fibrosis and a combination of the two. The lung insults associated with these processes can be related to infection, neoplasm, inhalation, toxins and fluid overload, and can also be idiopathic. 2 In our patient, fluid from bronchoalveolar lavage had a milky appearance and contained macrophages that tested positive on periodic acid-Schiff staining, consistent with the diagnosis of idiopathic pulmonary alveolar proteinosis. He underwent whole-lung lavage under general anesthesia, which involves removal of the lipoproteinaceous material by repeated dilution with saline. The patient's symptoms were temporarily relieved. He has undergone this procedure on average every two years for the past six years. Four years ago, a trial of therapy with granulocyte-macrophage colony-stimulating factor did not lead to clinical or radiologic improvement.
Little is known about the natural course or optimal treatment of idiopathic pulmonary alveolar proteinosis, although most patients will have symptomatic relief following pulmonary lavage. 3 In some patients, the disease is treated with lung transplantation. Because of the uncertainty surrounding our patient's prognosis, we are providing long-term follow-up at our chest clinic.
